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AKTyaAbHOCTb. BpoxaeHHaa AUMCOYHKUMA KOpbl HaAMo-
yeyHukoB (BAKH) — ato rpynna 3aboaeBaHWiA C ayTOCOMHO-
peLeccuMBHbIM TUMOM HacAeAOBaHUSA, CBA3aHHAA C AePEKTOM
CUHTE3a GEepPMEHTOB UAW BEAKOB-TPaHCMNOPTEPOB, OTBETCTBEH-
HblX 3@ CMHTE3 KOPTM30AA. AKTYaAbHOCTb WM3YYEHWS A@HHOM
NpobAeMbl COCTOWUT B CAOXHOCTM WHAMBWAYaAbHOrO mnopbopa
N KOPPEKLMM 3aMeCTUTEAbHOM FOpPMOHaAbHOM Tepanuu (3T),
CBOEBPEMEHHOIO KOHTPOAS MEeTaboAMUYECKMX MNapaMeTpoB
N HEOOXOAMMOCTH TLLLATEABHOTO 0BYYEHUS POAUTEAEN.

LieAnb uccnepoBaHUA. [PeACTaBUTb KAMHUYECKUIA CAyYan
BAKH y pebeHka paHHero Bo3pacTa.

MauueHTbl 1 MeToAbl. B AETCKOWM rOPOACKOWM KAMHUYECKOWM
60nbHMLE Ne 1 (AFKB Ne 1) obcaepoBaH naumeHTt C., 1 mec.
M3 aHaMHe3a M3BECTHO, 4TO pebeHoK oT 1-i1 BepeMeHHOCTU
Ha ¢OHe aHeMWu CpeAHer CTeneHW, KaHAMAO3a BAaranw-
wa, 6aktepuypuu, pPoabl 1-e, CPOYHbIE, CAMOCTOATEAbHbIE
B 39 Hep B rOAOBHOM npepnexaHun. Macca tena (MT) npwm
poxaeHun — 3350 r, aamMHa Teaa (AT) — 52 cm, APGAR — 8/9,
XEATyXa CO 2-X CyT, BblMMCaH AOMOM Ha 4-e cyT. C poxAeHUs
Ha rPyAHOM BCKapMAMBaHWU. 10 HEOHaTaAbHOMY CKPUHWHIY
(B3AT Ha 2-e cyT) BbIIBAEHO noBblleHne 17-OH-nporectepoHa
(17-0MNT). HacneacTBEHHbIM aHaMHe3 oTaroweH: BAKH umeet
TPOKOPOAHAA MAEMSIHHWUA MaTepu pebeHka. PebeHok rocnu-
TaAM3UPOBaH B CTauMOHap B CBA3WM C YXYALUEHWEM COCTOS-
HUS Ha 11-e CyT XW3HWM B BWMAE HapacTaHuA XEATYXW, BSINO-
CTW, NOSIBAEHWUA OBUABHbIX CPbIrMBaHWK, yobiAM MT Ha 430 T.
NabopaTopHO: rMnepkarneMmsa — A0 6,5 MMOAb/A, TMNOHATPK-
emus — A0 130 MMOAb/A, CHUXEHME KOPTU30Aa — AO 3,0 Mr/AA,
NoBbILLIEHNE AETMAPO3MMAHAPOCTEPOHA — A0 1390 wMmKr/an
(Hopma 31,6-431 mKr/an), TecTocTepoHa — A0 825 HMOAb/A
(Hopma 0,42-0,72 HMOAb/A), 0OWMA  OUAMPYOUH —
223 MKMOAb/A. AmarHocTupoBaHa BAKH, coabrepstowan
dopma. B neueHun nHdysnmoHHasa tepanus (UT), 3T dayapo-
KopTM3oHOM no 0,05 mMr 2 pasa B CYTKM U TMAPOKOPTU3OHOM

no 0,68 mr 3 pasa B CyTkW. BbinucaH B yAOBAETBOPUTEAb-
HOM cocTosfiHun ¢ MT 3260 r. lNoBTopHaa rocnutaAmsaums
B Bo3pacte 1 mec. [pn MOCTYNAEHMU COCTOSIHWE TAXEAOe,
pe3kas BSINOCTb, KPUK CAabbii, Koxa Apsbaas, cyxasi, UKTe-
puvyHasi ¢ BPOH30BLIM OTTEHKOM, AUMPY3HAs MPaMOPHOCTb,
TYProp CHWXEH, TMnepnurMmeHTaumss MOLUOHKW, MaKpOreHu-
Tocomus. OTKa3 OT eAbl, 4YacTble CPbIrMBaHUA, YrHeTeHWe
BPOXAEHHbIX 6e3ycAoBHbIX pedaekcoB. MT — 3550 r, AT —
52 cMm. TunoHatpuemusa — Ao 130 MMOAb/A, KOPTU3OA CHU-
XeH A0 64,5 HHMOAb/A, 17-OMNT — 74 Hr/mA (Hopma 0,07 -
12,1 Hr/MA), peHuH nAasmbl — 1000 MKME/MA, runepbuampy-
6uHEeMUsT — A0 163 MKMOAb/A. BbIICHEHO, YTO amMbyAaTOpHO
UMENO MECTO HapylleHWe KpaTHOCTM W BPEMEHM npuema
npenapaTtoB, KOHTPOAb YPOBHA 3AEKTPOAMTOB HE MPOBOAMACS.
Bbina ckoppektnpoBaHa po3a 3T, npoBeaeHa WT, obecne-
YeHo 30HAOBOE nuTaHue. PebeHOK BbiNMcaH co crabuam3a-
uMen nokasatener 3AEKTPOAMTHOro obMeHa, HopMaAu3auu-
el HEBPOAOTMYECKOrO CTaTyca, yMEHbLUEHUEM WKTEPUUYHOCTH
KOXM, NnpubaBkon MT Ha 630 r, nUTaHWe ycBanBaeT.

Pe3yabTathl. Y pebeHka C OTATOWEHHbIM aHaMHe30M
no BAKH 6biAM HapylLeHbl CPOKU M KPaTHOCTb Mpuema npe-
napaTtoB, YTO NPUBEAO K AEKOMMEHCaUMK COCTOAHMA. MNauneHTy
Tpebyetcs noxusHeHHasa 3IT. PekoMeHAOBaHO MNpPOBECTU
KapuoTunupoBaHue, cekBeHupoBaHWe Mo CeHrepy reHa
CYP21A2 pebeHKy U pOAUTEAM C LIEAbIO YTOYHEHUS GOpPMbI
BAKH. HeobxoanM MOHWUTOPUHI KPUBOM MaccChbl TeAa, YPOBHS
INEKTPOAMUTOB KPOBM, aHAPOCTeHAMOHa, 17-0OMM, TectoctepoHa,
pPEHWHa ANT KOHTPOAA Tepanuu.

3akaoueHue. OCO6EHHOCTbIO AGHHOTO KAUHUUYECKOTO CAY-
yas ABAAETCS YXYALLEHWE COCTOAHMA M3-32 HU3KOW KOMMAQEHT-
HOCTW ceMbU. AAS YCNELIHOTO BEAEHUS TaKMUX NauMEHTOB Heob-
XOAMMbI BbICOKAa MNPUBEPXEHHOCTb POAUTEAEH K AEUYEHMIO
W TLWATEAbHbIN KOHTPOAb Bpaua amMByAaTOPHOTO 3BEHa TeUeHUS
3a60AeBaHUS U COBAFOAEHUST PEKOMEHAALIMIA.



